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Overview

Points To Remember About Pemphigus

Pemphigus causes blisters on the skin and in the mouth, nose, throat, eyes, and genitals.
The type of pemphigus depends on where the blisters form.
Most people with pemphigus can control it with medicines. These medicines can have side 
effects, so talk to your doctor about all medicines you are taking.
See your doctor if you have long-lasting blisters on the skin or mouth, so that you can be 
tested for pemphigus.

Pemphigus is a rare disease that causes blistering of the skin and inside the mouth, nose, 
throat, eyes, and genitals. Some forms of the disease may be fatal if left untreated.

Pemphigus is not contagious.

What happens in pemphigus?

Pemphigus is an autoimmune disease (auto means self). The immune system mistakenly 
attacks cells in the top layer of the skin (epidermis) and the mucous membranes. Pemphigus 
occurs when:

The immune system produces antibodies against desmoglein, a protein that normally 
forms the “glue” to keep skin cells attached.
Skin cells separate from each other.
Fluid may collect between the layers of skin, forming blisters that do not heal. In some 
cases, these blisters can cover a large area of skin.
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Medical research has dramatically improved the picture for people diagnosed with pemphigus. 
In the 1960s, the disease was fatal and poorly understood. Today the disease is rarely fatal, 
with the majority of deaths occurring from infections.

For most people with pemphigus, the disease can be controlled with medications that can 
eventually be completely discontinued. However, these medications can cause side effects that 
may sometimes be serious.

Who Gets

Pemphigus affects men and women equally. The disease also affects people of all races and 
ethnicities, although the eastern European Jewish community and people of Mediterranean 
descent are more susceptible. A particular type of pemphigus also occurs more frequently in 
people who live in the rainforests of Brazil.

The disease usually starts appearing in middle-aged and older adults, although it may also be 
seen in young adults and children.

Types

There are several types of pemphigus and other similar blistering disorders. The type of disease 
depends on the layer of the skin where the blisters form and where blisters are located on the 
body. Soft blisters always occur on or near the surface of the skin, which is called the epidermis. 
The type of antibody that attacks the skin cells may also define the type of pemphigus.

The different types of pemphigus include the following.

Pemphigus vulgarisis the most common type in the United States. Blisters almost always 
start in the mouth. Blisters form within the deep layer of the epidermis and are often 
painful. Blistered skin becomes so fragile that it may peel off by rubbing a finger on it. The 
blisters normally heal without scarring but may cause dark spots that remain for a number 
of months.
Pemphigus vegetans causes thick sores form in the groin and under the arms.



Pemphigus foliaceus causes crusted sores or fragile blisters that often appear first on 
the face and scalp, and later on the chest and other parts of the body. The sores are on 
the surface of the skin and often itchy, although they are rarely as painful as pemphigus 
vulgaris blisters. There may also be loose, moist scales on the skin.
IgA pemphigus is different from other forms of pemphigus because it involves a different 
type of antibody (called immunoglobulin A or IgA) than other types. The disease may 
produce blisters similar to those seen in pemphigus foliaceus, or it may involve many 
small bumps containing pus. This is the least harmful form.
Paraneoplastic pemphigus is a rare disease that occurs in people with certain types of 
cancer. It often involves severe sores of the mouth and lips, cuts and scarring of the lining 
of the eye and eyelids, and skin blisters. People with this type of pemphigus may also 
develop life-threatening problems in the lungs.

Pemphigoid is a disease that is distinct from pemphigus, but shares some of its features. 
Pemphigoid produces a split where the epidermis and the dermis meet, causing deep, rigid 
blisters that do not break easily.

Symptoms

Pemphigus causes blistering of the skin and inside the mouth, nose, throat, eyes, and genitals.

Causes

Something in the environment may trigger pemphigus in people who are at risk because of their 
genes. The exact trigger is unknown. In rare cases, pemphigus may be triggered by certain 
medications. In those cases, the disease usually goes away when the medication is stopped.

Diagnosis



Early diagnosis is important, so consult a doctor if you have blisters on the skin or in the mouth 
that don’t go away. Your doctor may rule out other conditions first, since pemphigus is a rare 
disease. Your doctor will run several tests for pemphigus:

Medical history and physical exam: A dermatologist (a doctor who treats skin problems) 
will ask you about your medical history and look for appearance and location of blisters.
Tissue sample: Your doctor will take a sample from one of your blisters to: 

Examine it under the microscope to look for cell separation and to determine the 
layer of skin in which the cells are separated.
Determine which antibodies attacked the skin.

A blood sample is taken to measure antibody levels and to help determine the severity of 
the disease. This blood test may also be used to find out if treatment is working.

Treatment

Symptoms of pemphigus may go away after many years of treatment, although some patients 
will need to keep taking medications to keep the disease under control. You should report any 
problems or side effects from medications to your doctor.

Treatment for pemphigus may involve medications such as:

Corticosteroids, immunosuppressive drugs, or biologics to stop the immune system from 
attacking the tissues.
Antibiotics, antivirals, and antifungal medications to control or prevent infections.

Other treatments may be needed in more severe cases of pemphigus. These treatments can be 
very expensive, since they require large amounts of donated and specially processed blood:

Plasmapheresis, which removes damaging antibodies from the blood.
Immunoglobulin therapy to replace the damaging antibodies that are removed.

Who Treats

Doctors who treat pemphigus include:

Dermatologists, who treat skin problems.
Dentists, who can tell you how to take care of your gums and teeth if you have blisters in 
your mouth.

Living With



Blisters in the mouth may make brushing and flossing your teeth painful, so you should talk to 
your dentist about ways to keep your teeth and gums healthy. You should avoid foods that can 
irritate mouth blisters.

Pemphigus and its treatments can be debilitating and cause lost time at work, weight loss, sleep 
problems, and emotional distress. Support groups may help you cope with the disease.

Research Progress

Current research focuses on:

Environmental and genetic risk factors. Researchers are studying populations that 
have high rates of the disease, such as people living in certain rural areas of Brazil.
Basic research. Scientists are studying antibodies that attack skin cells to determine how 
different antibodies contribute to this disease. They are also studying the genes involved 
when the body’s antibodies attack healthy tissue.
Animal models. Researchers have found that a certain protein is activated in mice with 
pemphigus, and that blocking this protein prevents blisters. This may lead to a way to 
prevent a specific immune response without having to suppress the entire immune 
system. Researchers are exploring how pemphigus disrupts desmoglein, a protein that 
usually functions as the “glue” between skin cells. Researchers are also studying 
desmoglein’s role in forming skin cells.
Designing better treatment options. Scientists are working to design drugs that prevent 
damaging antibodies from forming without the side effects that can occur with current 
treatments.

Related Resources

U.S. Food and Drug Administration
Toll free: 888-INFO-FDA (888-463-6332)
Website: https://www.fda.gov

Drugs@FDA at https://www.accessdata.fda.gov/scripts/cder/daf. Drugs@FDA is a searchable 
catalog of FDA-approved drug products.

Centers for Disease Control and Prevention, National Center for Health Statistics
Website: https://www.cdc.gov/nchs

American Academy of Dermatology
Website: https://www.aad.org

https://www.fda.gov/
https://www.accessdata.fda.gov/scripts/cder/drugsatfda
https://www.cdc.gov/nchs
https://www.aad.org


The International Pemphigus Foundation
Website: https://www.pemphigus.org

American Autoimmune Related Diseases Association, Inc.
Website:https://www.aarda.org

National Organization for Rare Disorders
Website: https://www.rarediseases.org

If you need more information about available resources in your language or other languages, 
please visit our webpages below or contact the NIAMS Information Clearinghouse at 
NIAMSInfo@mail.nih.gov.
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